Short Papers
The Early Diagnosis and Surgical Treatment of Hirschsprung's Disease in Infancy [Summary] by J D Atwell FRCS (Westminster Children's Hospital and St Thlomas's Hospital, London) Hirschsprung's disease is now diagnosed frequently in theneonatal period. Twenty-fourinfants have been diagnosed and treated between 1963 and 1967 at the Queen Elizabeth Hospital for Children. Our policy has been to decompress the bowel by a preliminary colostomy as recommended by Fraser & Wilkinson (1967) prior to a definitive resection.
Fifteen patients were boys and 9 girls. In 14 (9 boys, 5 girls) the aganglionosis was confined to the rectum and rectosigmoid. In 10 (6 boys, 4 girls) the aganglionosis extended proximally to the descending colon (2), splenic flexure (2), transverse colon (2), ileum (3) and duodenum (1). Five patients (4 families) had a family history of Hirschsprung's disease. Three patients had associated urinary tract anomalies of bilateral pelvic kidneys (1), bilateral megaureters (1) and an enlarged bladder (1).
Subacute intestinal obstruction was the commonest presentation (21 patients) and symptoms of vomiting and abdominal distension were noted within two days of birth in 75 % of these patients.
Rectal signs of delay in the passage of meconium, a tight and empty rectum on digital examination and explosive decompression of the bowel on removal of the finger occurred in 66 % of the patients. Perforation of the cacum producing a pneumoperitoneum and peritonitis occurred on the second day of life in one infant; onset of enterocolitis on the second day of life was the presenting feature in one other; diarrhoea before 7 days of age was unusual but after this it was found in 280% of patients. Only one patient presented with chronic constipation, starting during the first week of life.
Straight X-rays of the abdomen with erect, supine and lateral erect films were the most useful simple investigation as the majority of patients present with intestinal obstruction. Eleven patients had a barium enema and this was diagnostic in 8. Total aganglionosis of the colon accounted for 2 of these false negative results. The danger of accepting a negative barium enema cannot be overstressed as another patient was admitted moribund with a necrotizing enterocolitis and died four hours after a colostomy.
A preliminary enterostomy was carried out in 23 patients; 4 of them died and 17 subsequently had an abdominoperineal pull-through procedure (Swenson operation) and colostomy closure. The colostomy was sited in the right transverse colon in short-segment disease, immediately proximal to the 'cone' in patients with long-segment disease. In 17 patients it was possible to biopsy aganglionic bowel at the time of the enterostomy, thus confirming the diagnosis; as a result rectal biopsy was necessary in only 4 patients, thus minimizing the need for this hazardous procedure in early infancy.
Five patients died, a mortality of 21 %. There were 4 early deaths and 1 late death. Two early deaths were probably unavoidable; in one there was total aganglionosis of the small and large bowel and in the other peritonitis followed perforation of the cecum within forty-eight hours of birth. Two early deaths were avoidable because delay in diagnosis had been a contributing factor: necrotizing enterocolitis of the small and large intestine was the cause of death in one and death of the other occurred some weeks after a preliminary colostomy, when infection and an associated megacystis complicated management. The average age on admission in the 4 early deaths was twenty-five days compared to six days in the surviving infants. One sudden late death due to enterocolitis occurred eighteen months after definitive resection; this patient had originally presented with enterocolitis on the second day of life but had been symptom free in the interval following the resection.
Conclusion
(1) The mortality of neonatal Hirschsprung's disease could be lessened by early diagnosis as the average age on admission of the survivors was six days compared to twenty-five days for the 4 early deaths.
(2) Preliminary enterostomy should reduce the incidence of enterocolitis which is an important cause of death, early and late. (1966) and Sparberg et al. (1966) showed that there may be poor correlation between X-ray and sigmoidoscopic appearances. In determining the total prevalence of ulcerative colitis it was therefore necessary to do a sigmoidoscopy and barium enema examination in all patients.
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The 77 patients classified as ankylosing spondylitics attending the Royal Free Hospital between 1957 and 1966 were asked to attend and 'Present address: Royal National Hospital fot Rheumatic Diseases, Bath after full explanation 36 volunteered for investigation. Three failed to fulfil the Rome criteria (Kellgren 1962) for ankylosing spondylitis and were not considered further. The 33 remaining patients were assessed regarding the extent of their spondylitis: they were examined; detailed past and family histories were obtained; all treatments were recorded. A detailed gastrointestinal history was taken. Sigmoidoscopy was done on each patient and all except one who had undergone colectomy and 2 who failed to attend were submitted to barium enema examination.
Six of the 33 patients were found to have ulcerative colitis, an incidence of 18 %. One had undergone total colectomy and ileostomy and examination of the rectal stump still revealed a mild proctitis. Three had no bowel symptoms and the other 2 both gave a short history of loose unformed stools but neither had passed any blood, mucus or pus. One of these 5 patients had the sigmoidoscopic appearances of ulcerative colitis and they all showed the changes of mild ulcerative colitis on barium enema as defined by Fennessy et al. (1966) .
The clinical features of the 6 patients with ulcerative colitis were compared with those of the 27 with normal colons. Age and sex, peripheral joint involvement, fused sacroiliac joints, iritis, psoriasis, urethritis, past deep X-ray therapy, phenylbutazone and other drug therapy and family histories were not significantly different. However, the colitis patients had a twenty-year history of ankylosing spondylitis which was significantly longer than the thirteen years of the noncolitic group (P <0-01).
A prevalence of 180% of ulcerative colitis in ankylosing spondylitics is much higher than has been previously recorded. This is because sigmoidoscopy and barium enema examinations were done routinely, and not restricted to those patients with bowel symptoms. Clinical ulcerative colitis has been found in 0 0799 % of the normal population by Evans & Acheson (1965) .
The association of ankylosing spondylitis with ulcerative colitis may have etiological significance. Chronic pelvic inflammation may allow infecting organisms to enter the basivertebral venous system and cause inflammatory changes in the spine. However, the longer history of spondylitis in the colitis patients suggests either that the colitis is in some way a complication of the spondylitis or that there is some common etiological factor and the spondylitis develops.
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